ENINGIOMAS are relatively common intracranial and spinal tumors in adults but their occurrence in children is uncommon. Many case reports have documented familial meningioma and current debate centers on whether familial meningiomas are allelic to neurofibromatosis. Clear cell meningioma is a variant that has only recently been described. We present the cases of a 7-year-old girl and her mother who each harbored a familial clear cell meningioma.
Abbreviations used in this paper: MR = magnetic resonance; NF = neurofibromatosis; VHL = von Hippel-Lindau.
M

Family History
The mother in our Case 2 has a maternal stepsister who has two daughters who have had meningiomas (Fig. 5 ). The oldest daughter had a posterior fossa meningioma and the second oldest daughter had a lumbar spine meningioma. No family member, including these two females, has any stigmata of NF.
Discussion
We present an interesting case of a familial clear cell meningioma in which the proband is a child with an intraspinal meningioma. The clear cell meningioma variant has only recently been described and studied. 22 Zorludemir, et al., 22 reviewed 13 cases of clear cell meningioma (seven female and six male patients). Six of these patients were seen at the Mayo Clinic and they represented 0.2% of the Mayo's experience with meningioma. Seven of the 13 tumors were intraspinal (five lumbar, one lumbosacral, and one thoracic). The lesions were described as being smooth and bossellated and appearing solid gray-pink to tan-red. Microscopically, the clear cell meningiomas were moderately cellular with polygonal cells having prominent intracytoplasmic glycogen. Their cases included two children with an intraspinal tumor. Recurrence occurred in 61% of the cases they reported with cranial to spinal metastasis in 8%. Twenty three percent of their patients died as a result of meningioma. Dubois and colleagues 5 reported on a 10-year-old girl with a clear cell meningioma of the cauda equina. Their patient is similar to our patient (Case 1) in that pain was a primary presenting complaint; the MR imaging characteristics in these cases are also similar. There are also two reports of lumbar 7 and sacrococcygeal 17 clear cell meningiomas that occurred in 32-and 38-year-old men, respectively.
The natural history of meningioma growth favors discovery well out of the pediatric age range. Perilongo, et al., 15 reviewed the cases of 20 children with meningiomas who were treated at the Childrens Hospital of Philadelphia; these cases represented 2% of pediatric brain tumors diagnosed between 1975 and 1991. Four of these tumors were intraspinal (0.4% spinal meningioma). Sheikh, et al., 18 reported a meningioma incidence of 2.8% in children treated from 1981 to 1993; none of the children harbored a spinal tumor. a cerebellopontine angle clear cell meningioma. These studies showed a meningioma incidence of 1.61 to 4% with a median or mean patient age of 10 to 11 years. The case reported by Shih, et al., is the only one identified as a clear cell variant. The characteristics of all clear cell meningiomas reported in the English literature are summarized in Table 1 . The literature, however, contains case reports of spinal meningiomas in children. [4] [5] [6] These children presented with pain and paraparesis or quadriparesis and the tumors were found in both epidural and intradural extramedullary locations.
Familial inheritance of meningiomas is well known. These occur primarily in association with NF2 and VHL 3 diseases. Maxwell and colleagues 14 collected 14 cases of isolated familial meningiomas. Our patients do not have the stigmata of either NF or VHL. Stronger proof of a familial relationship has been difficult to establish; almost all of the laboratories we contacted do not perform linkage analysis unless NF has already been diagnosed in one family. One laboratory will perform an analysis; however, reimbursement remains a difficult issue to resolve. Our case highlights the fact that even for relatively common genetic diseases, genetic evaluation may be difficult to obtain.
We report on a child with a familial spinal clear cell meningioma. Neither mother nor child has stigmata or evidence of NF or VHL disease, although these diseases may certainly declare themselves in the future. Currently, these two patients would be considered an isolated case of familial meningioma. The aggressive nature of the mother's tumor is not unusual. The patient required two resections within 5 months to control her tumor. However both child and mother are without recurrence at 1 and 3 years, respectively. Zorludemir, et al., 22 believed that clear cell meningiomas were a more aggressive subtype. The demographics shown in Table 1 Table 1 does show, however, that the proportion of spinal to total meningiomas is higher for clear cell meningioma (45%) than for all total meningiomas (the highest being 20% of the following reported cases 2, 12, 15, 18 ). The differential diagnosis for a lumbar intradural mass includes schwannoma, neurofibroma, ependymoma, drop metastasis from a medulloblastoma, neuroblastoma, or pineoblastoma. Case 1 shows that meningioma should be considered in this differential diagnosis as well.
The operative goal with the clear cell meningioma is gross total en bloc resection. En bloc resection is favored to prevent leaving microscopic nests of cells of this meningioma behind as a nidus for recurrence. As shown in Table 1 , although 47% of the patients in whom gross-total resections were performed suffered recurrence, 86% of those in whom subtotal resections were performed and who survived the immediate postoperative period suffered recurrence.
Conclusions
Clear cell meningioma is a recently described variant of meningioma. It is an important variant because of its aggressive behavior and recurrence potential. We describe a clear cell meningioma of the lumbar spine in a girl whose mother also harbored a clear cell meningioma. Clear cell meningioma may be familial and this report reinforces the rarity of spinal meningiomas in the pediatric population as well as the recurrence potential of the clear cell meningioma.
